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By FREIDERICK E. BATTEN, M.D.
THIS case was shown before the Clinical Section of the Royal Society of Medicine on October 11, 1907,1 as a ease presenting syi1lptollls which I thought indicated cerebellar atrophy. The diagnosis was based on a gradual oncoming and increasing ataxia of a cerebellar type, affecting the lower limbs to a greater extent than the upper, associated with a lateral nystagm-ius, with a coml-plete absence of all signs pointing either to a spinal or cerebral lesion.
The patient was kept for nine weeks under observation, and at the end of that time was in the sam-ze condition as when first seen. He left the hospital and died three months later. Fortunately a post-miiorteml was obtained and Dr. Holmes kindly performed the autopsy, which has proved negative both nmacroscopically and iicroscopically. It is possible to assulmie that the condition was purely functional, but the general symptoms exhibited by the patient did not suggest functional disease. His mnuscular power was strikingly good. His memory, cerebration, and iimental condition were exeellent, and he was an exceedingly good witness. Clinically I have never before seen the symiiptomii-comilplex presented by this patient, and although, as the post-mortemii h1as shown, I was wrong in diagnosing it as a case of cerebellar atrophy, yet I am still of opinion that the syim-ptomiis were due to somne cerebellar change wlhich by our present immethods we are unable to demuonstrate.
The case was as follows: J. W., aged 62, was admitted to the National Hospital in September, 1907. He had always been healthy except for gonorrhoea and syphilis, which he had in 1873. About five or six years ago he noticed a hesitancy in walking; this was muore pronounced when passing anyone-he had always been nervouis; he had never suffered from giddiness. He lost confidence in comiling downstairs, but has had no difficulty in going up. Four and a half years ago he had imiuch worry. One night he went to bed as usual, but next milorning as he got out of bed " somllething happened to himn "-he lost his balance and fell. There was no loss of consciousness, no dizziness; he was able to p)ick himiself up and get into bed. He subsequently felt all right in himiiself, but had no power of walking, though he was able to PI-oc. Roy. Soc. Mled., 1908, i, Clin. Sec., p. 18. stand with help. Since this attack he had found an unsteadiness in writing; this was not present in the morning but came on towards night. He had had intermittent buzzing in the left ear, but this could always be stopped by lying on that side, or even by holding the hand over the left ear. Memorv was very good. For the last four and a half years he had had rather a nasal speech, but this varied much.
Present Condition.-The patient is an old man, extremely thin, with little or no subcutaneous fat. The muscles are hard and wiry and of great strength. Intelligence is excellent; answers are given readily and clearly; attention and memory unimpaired. All the special senses are normal. The optic discs are normal: no limitation of fields; the pupils are unequal, the right being smaller than the left. They react readily to light and on convergence. There is a slow jerking nystagmus on deviation to the left; that to the right is quicker and finer. Nystagmus was also present when patient looked upward. The movements of the tongue and palate were normal. The patient had a peculiar nasal voice, but articulation otherwise was normiial. All movements of the upper extremities are represented and are of good power. Ataxia is present on both sides, but is more marked on the left than on the right. When the hands are held outstretched there is a marked tremor. There is no hypotonia. The abdominal muscles act well and equally, and the patient can raise himself from a lying position without the use of his arms. The legs are very strong when one considers the smallness of the bulk of the muscles, and all movements can be performed when lying. There is marked ataxia both right and left. A coarse tremor is present on both sides. There is no hypotonia. The gait is exceedingly ataxic, and he cannot walk without support. The patient is able to stand, but with difficulty, which is in no way increased by shutting the eyes; his tendency is always to fall backwards. Sensory system: there is no anesthesia or analgesia. The muscle pain sense and joint sense are perfect, and there is no paraesthesia. Reflexes: the arm-jerks are brisk and equal. The abdominal reflexes are equal. The kneeand ankle-jerks are present. There is no ankle-clonus. The plantar response is flexor on right and left. There is no sphincter trouble.
The patient remnained in hospital nine weeks; during the time he gained weight and improved in general health, but his gait was as ataxic as ever. He left the hospital on November 14, 1907. The patient lived at home from November 14 till the time he died (February 17, 1908) . From the history obtained from his relations, and from the doctor under whose care he was, there are grounds for believing that he starved himself.
Batten: Sequel to Case of "Cerebellar Atrophy"
The autopsy was performed by Dr. Holmes at Dunchurch, near Rugby. The skull and vertebral column were normal. No disease of either the dura mater or pia-arachnoid was visible. The brain was large and well formed, and there was no evidence of any disease. The vessels were but slightly atheromatous. The cerebellum was apparently of normal size, there was no evidence of atrophy or other disease on its surface.
After hardening for seven days in 10 per cent. saline formalin solution, the weight of the whole brain to the pyramidal decussation and cerebellum was 1,555 grm.; the weight of the cerebellum and pons and medulla, 190 grin.: the weight of the cerebrum, 1,365 grn. The average weight of the male brain, as given by Bischoff, is 1,362 grm. Holmes states that the normal weight of the brain-stem and cerebellum together should arnount to between 155 grm. and 180 grm. The normal proportion of the pons and cerebellum to the cerebrun should be somewhere between 1 to 6 and 1 to 75. The proportion in this case was as 1 to 7T2.
Pathological Examination.-The cortex of the brain was examined by the Marchi, Weigert-Pal, Nissl, and van Gieson methods. The cortex appears perfectly healthy, the cells well stained and of normal appearance. The vessels were markedly thickened throughout the nervous system, but there was no evidence of endarteritis. The basal ganglion and pons also appear normal; no pathological change could be found by any method. The cerebellum was to the naked eye perfectly normal, and on microscopical examination, except for some spacing between the granular layer and the cortex, showed no pathological change. The cells of Purkinje were well stained, and were of normal size, number, and distribution. The dentate nucleus appeared perfectly normal. By the Marchi method some fine scattered black granules were to be seen in the white matter, but they formed no definite tract, and were only such as may be found in the brain of any person of advanced age. All the cells of the cranial nuclei showed some pigmentation, but this feature is especially marked in the cells of the twelfth nerve nucleus. There is no pigmentation in the cells of the cerebellunm. Spinal cord: There is slight paleness of the column of Goll in the cervical region of the cord; but apart from this the cord appears perfectly normal. The cells of the anterior horns are markedly pigmented throughout the spinal cord. Numerous amyloid bodies are to be seen, more especially in the posterior columns. All the changes above described may be found in the nervous system of men of advanced age, without any evidence of nervous disease. It may therefore be said that the nervous system presented no pathological change which could be assoeiated with the symptoms presented. Clinically, the case would, on the one hand, correspond with the type described by Dejerine and Thomas under the title " L'Atrophie olivo-ponto-cer6belleuse," a disease exhibiting the cerebellar syndrome which comes on at advanced age and slowly progresses; or, on the other hand, it might be relegated to Class III, described by Holmes under the title " Progressive Cerebellar Disease due to Vascular or Interstitial Lesions." Pathologically, the case will not correspond with either of these groups.
Two views are open for adoption: (1) That the case is one of hysteria, with a remarkable simulation of cerebellar sylimptoms; or (2) that the changes in the nervous system that gave rise to the sym-1ptoms are of such a nature that they are not discernible by our present methods. Personally I should favour the latter view, for I cannot believe that the symptoms were of an hysterical nature.
I would here record my indebtedness to Dr. Gordon Holm-es, without whose help it would have been impossible to have made the examination.
REFERENMFS.
All the literature will be found in Dr. Gordon Holmes's recent excellent review: " An Attempt to classify Cerebellar Disease," Brain, 1907, xxx, p. 545.
DISCUSSION.
Dr. HEAD said there was one possibility which Dr. Batten did not take into account, namely, that the patient might have had disease of the semicircular canals. Those who suffered from disease of the internal ear did not feel giddy continuously although the gait might be unsteady. Sherrington had pointed out that the cerebellum was, after all, mainly the ganglion of which the internal ear was the afferent end-organ. He (Dr. Head) thought that in the past enough attention had not been paid to the internal ear in the differential diagnosis of supposed cerebellar states.
The PRESIDENT (Dr. C. E. Beevor) asked whether there was any deafness.
Also whether Deiter's nucleus was examined.
Dr. FERRIER observed the patient had a nasal voice, and asked whether he had it before the disease began.
Dr. PAGE MAY asked whether the suprarenal capsules, the pancreas, and the deep glands were examined, with the view of throwing some light on the cause of the marked wasting, which at present remained unexplained.
Dr. L. GUTHRIE said Dr. Batten had mentioned the examination of the anterior horns, but he did not say whether the ascending cerebellar tracts were examined. It was possible that certain cerebellar symptoms might be as much due to lesions of the cerebellum as to lesions of the afferent tracts leading to the cerebellum.
Dr. BATTEN, in reply, said there was no deafness nor giddiness, though the patient had one attack of falling. There was buzzing in the left ear which could be prevented by turning on to the side. The nasal voice was said to have come on with his other symptoms. He had not specially mentioned the posterior columns and direct cerebellar tract, nor many other parts of the nervous system, because the examination of the nervous system was negative. The possibility of the condition being due to semicircular canal disease had occurred to him, but he was not aware that cerebellar symptoms were met with clinically apart from vertigo, which was not present in this case. No change was noticed in Deiter's nucleus or the descending tracts therefrom. The patient did not hold the head in any particular posture.
Diffuse Sarcomatosis of the Brain and Spinal Cord.
BY FREDERICK E. BATTEN, M.D. DIFFUSE sarcomatosis of the brain and spinal cord is a somewhat rare condition; the cases usually present considerable difficulty in diagnosis, and that about to be recorded was no exception to the rule.
The case presented many features which suggested meningitis, but the long duration, the marked optic neuritis, the progressive loss of sight and loss of hearing, with headache and vomiting, suggested the presence of some intracranial tumour. There were, however, no signs by which the tumour, if present, could be localized. The examination of the blood showed a leucocytosis, and it was thought by some that this might point to some chronic form of intracranial abscess. The result shows that this assumption was not justified.
The examination of the cerebrospinal fluid was suggestive of the presence of tumour, and if greater attention had been paid to the flakes of endothelial cells which were present, a correct diagnosis might have been arrived at, for on comparing these cells with those obtained from a scraping of the growth after death it was seen that they were strikingly similar, the only difference being that the cells obtained from the cerebrospinal fluid had an indefinite outline and a nucleus which was less distinct-probably due to some disintegration of the cells taking place in the cerebrospinal fluid.
The history of the case is as follows: D. M., a boy, aged 10, was the second of three children; the other two were healthy. In November,
